We report a family in which autosomal dominant congenital nystagmus cosegregates with a balanced 7;15 translocation. Ophthalmic investigation showed predominantly horizontal nystagmus with a small rotatory component and no significant loss of visual function. This finding suggests a possible localisation for autosomal dominant congenital nystagmus (McKusick 164100).
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Congenital nystagmus is not uncommon in the population. The population frequency based on a survey of army recruits was estimated to be 1 in 6500,' but in a population based study of school children in Sweden, it was estimated to be as frequent as 1 in 1500. 2 In both these studies, the frequency in males was significantly higher than in females. In the Swedish study analysis of family data suggested X linked recessive inheritance to be the most frequent mode of inheritance. 3 Congenital nystagmus may have a variety of different aetiologies and if inherited may show X linked recessive, autosomal dominant, or autosomal recessive inheritance. Virtually all of the reports of autosomal dominant inheritance predate the development of molecular genetics and only one study has attempted linkage data with common blood group polymorphisms. 4 In this report a family is described with autosomal dominant congenital nystagmus cosegregating with a balanced 7;15 translocation. Patient IV.2 has had nystagmus from birth, but this has not significantly interfered with his vision. His visual acuity was 6/9 in each eye. Colour vision was normal. Slit lamp examination and fundoscopy showed no evidence of ocular albinism or abnormal retinal pigmentation. The optic discs were normal in size and colour. The nystagmus was evaluated by electronystagmography5 using external electrodes and analysed by Fourier analysis. This showed predominantly horizontal nystagmus with a small rotatory component. The null point of the nystagmus was straight ahead. The frequency of nystagmus was 3 5 Hz in the midline and 6 Hz in gaze to either side.
Patient III.2 also had nystagmus from birth. Her visual acuity was 6/9 in each eye and again ophthalmic examination was normal. Electronystagmography showed a similar 4 Hz horizontal nystagmus with a small rotatory component. The limitations of the present systems of classification should be recognised. It has been recognised that there may be intrafamilial variation in pattern of eye movements in inherited congenital nystagmus.67 It is also difficult to separate the motor and sensory components as these are mutually dependent. There is, for example, electrophysiological evidence that oculocutaneous albinism in which there is hypopigmentation of the retina also affects the development and integrity of the neural connections in the optic radiation in the occipital cortex.8 In McKusick's Mendelian inheritance in man9 there are three patterns of inheritance of isolated nystagmus, autosomal dominant (164100), autosomal recessive (257400), and X linked recessive (310700). It is usually suggested that X linked inheritance is the most frequent pattern. Forssman' ascertained 26 families in Southern Sweden and found 17 families with multiple affected members. Of these families, three showed clear X linked recessive inheritance with passage through unaffected female carriers, and in the remaining 14 families with multiply affected family members, it was proposed that there was sex linked, irregular, dominant transmission, since there was no male to male transmission found. It should, however, be noted that the sex ratio for affected members was equal in many of these dominant families and autosomal dominant inheritance with variable expressivity is an alternative explanation. A search of earlier published reports shows a number of extensive autosomal dominant families with male to male transmission.4 'l' One aspect that may make the mode of transmission difficult to determine is the variable expressivity. Patients with congenital nystagmus may be asymptomatic and may not have sought medical attention. If the null region is wide, it will only show nystagmus at the extremes of visual gaze. On occasions, the nystagmus is only recognised by ophthalmoscopy. 14 The discovery of a balanced translocation cosegregating with a single gene disorder offers a significant clue for gene localisation. There may be more than one locus involved in autosomal dominant congenital nystagmus as the delicate balance of gaze fixation can be disrupted at many different points in the neural pathway. There has been one previous report of a balanced 5;16 translocation associated with familial nystagmus and hypoplasia of the macula.'5 In the present report, the congenital nystagmus is not associated with any visual deficit and presumably reflects a predominantly motor defect in the neural integration of gaze fixation.
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